**What was known?**

Epitheloid hemangioma is a benign vascular tumor with a characteristic histopathological appearance of numerous thin and thick walled vessels lined with characteristic edematous endothelial cells associated with variable eosinophilic and lymphocytic infiltrates.

Introduction {#sec1-1}
============

Epitheloid hemangioma, otherwise known as ALHE, i.e., angiolymphoid hyperplasia with eosinophilia, is a rare benign vasoproliferative disease of unknown etiology. It was first described by Wells and Whimstar in 1961\[[@ref1]\] who considered it to be a late stage of Kimura\'s disease, but now both are considered to be separate entities.\[[@ref2]\] The condition commonly presents in middle age adults as discrete or grouped papules, plaques, and nodules in the head and neck region\[[@ref3]\] with slight female preponderance for periauricular lesions.

We report two cases of epitheloid hemangioma usually misdiagnosed clinically due to its rarity.

Case Reports {#sec1-2}
============

Case 1 {#sec2-1}
------

A 45-year-old man presented to us with 10-15 nodules on scalp with history of bleeding following minor trauma. Dermatological examination revealed multiple soft to firm erythematous, non-tender, non-pulsatile plaques, and nodules of size 0.5-1.5 cm arranged linearly on the scalp \[[Figure 1](#F1){ref-type="fig"}\]. Few had hemorrhagic crust on surface. There was no regional lymphadenopathy. Systemic examination was within normal limits. Provisional diagnosis of pyogenic granuloma was made because of the morphology and history of bleeding. Other differential diagnoses considered were nodular lepromatous leprosy, nodular sarcoidosis, and secondary syphilis. Hemogram was within normal limits. Venereal Disease Research Laboratory (VDRL) test and Acid-Fast Bacilli (AFB) were negative. Chest X-ray revealed no abnormality.
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Case 2 {#sec2-2}
------

A 35-year-old man presented to us with multiple asymptomatic papules and nodules over left auricle and adjacent area of scalp since 4 months. There was no history of pain, bleeding, or ulceration. Dermatological examination revealed multiple skin colored to slightly erythematous papules and nodules over the left auricle. The nodules were soft to firm, non-tender, non-pulsatile, free from underlying structures without any surface change. Only the largest had some superficial crust. There was no mucosal involvement or regional lymphadenopathy. Systemic examination was within normal limits. Differential diagnosis of nodular lepromatous leprosy, nodular sarcoidosis, and secondary syphilis were considered. Hemogram was normal except eosinophilia (11%), VDRL was non-reactive, and AFB was negative while chest X-ray was normal.

Histopathological examination was confirmatory in both cases which revealed circumscribed lobules with clusters of proliferating capillaries. Thick blood vessels lined by plump endothelial cells with perivascular infiltration of lymphocytes and eosinophils \[[Figure 2](#F2){ref-type="fig"}\].
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Based on typical histopathological studies both cases were diagnosed as epitheloid hemangioma.

Larger lesions in both the cases were surgically excised. Radiofrequency ablation was done for smaller lesions and the base of larger lesions, following surgical excision. There has been no recurrence after a follow up of 3 months.

Discussion {#sec1-3}
==========

Epitheloid hemangioma, otherwise known as angiolymphoid hyperplasia with eosinophilia, is a rare benign vascular tumor with a characteristic histopathological appearance of proliferation of small to medium-sized blood vessels often showing a lobular architecture. Many of these vascular channels are lined by enlarged (epitheloid) endothelial cells with perivascular inflammatory cell infiltrate composed mainly of lymphocytes and eosinophils. Nodular areas of a lymphocytic infiltrate with rare follicle formation.\[[@ref4]\] A rare variant of intravascular epithelioid hemangioma is described in which the whole of the lesion is intravascular.\[[@ref5]\] Being relatively rare, it may be commonly misdiagnosed as nodular lepromatous leprosy, pyogenic granuloma, sarcoidosis, and secondary syphilis. Peripheral blood eosinophilia is not a constant finding,\[[@ref6]\] and serum IgE is not routinely available. So, morphology and histopathology remains the mainstay of diagnosis.

ALHE is usually used synonymously with Kimura\'s disease due to common features of male predominance, predilection for head and neck and infiltration in dermis by lymphocytes and eosinophils\[[@ref7]\] but Rosaiet al., suggested both to be distinct clinicopathological entity.\[[@ref8]\] Kimura\'s disease lesions are subcutaneous nodules while ALHE superficial erythematous papule and nodule, which bleeds easily with minor trauma. Regional lymphadenopathy is present in Kimura\'s disease but absent in ALHE. Pathologically, lymphoid follicles with eosinophilic infiltration are more prominent in Kimura\'s disease while capillary proliferations with epitheloid changes are conspicuous in ALHE. Peripheral eosinophilia, raised IgE level are found in most cases of Kimura\'s disease but only in \<10% cases in ALHE.\[[@ref9][@ref10]\]

The pathogenesis of ALHE remains unclear. Some authors consider ALHE as a neoplasm developing from endothelial cells; others suggest that it is secondary to an inflammatory vascular reaction secondary to complex immunologic mechanisms. Other hypotheses implicating environmental factors such as insect bite, trauma, and infections have been reported. Some authors consider that arterio-venous shunt is the main etiopathogenetic mechanism observed in 42% of the cases.\[[@ref10][@ref11]\] The predominance of T-lymphocytes and a rearrangement of T-Cell Receptor (TCR), in some cases, made some authors suppose that ALHE is a low-grade neoplastic disease secondary to various stimuli.\[[@ref11][@ref12][@ref13]\]

Different treatment modalities have been attempted including cryosurgery, intralesional corticosteroids, lasers, intralesional interferon\[[@ref9][@ref14]\] but upto a third of all treated cases do recur, due to its deeper vascular component. Complete surgical excision has been shown to lower recurrence rates.\[[@ref15]\]

Epitheloid hemangioma is a rare affliction with a challenging diagnosis and treatment. In spite of the benignity of this disease, it causes a therapeutic dilemma because of the cosmetic defects and recurrence following treatment.

**What is new?**

Multiple nodular lesions in head and neck region especially periauricular helps in clinical diagnosis of this rare condition.
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